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Background There is an increasing prevalence of children/young
people with long-term conditions (LTC) in the UK due to improve-
ments in health-care management and delivery. These children are
often involved, from an early age, in their own care and manage-
ment; yet, there are little data to support how or when they develop
the necessary skills and knowledge to become competent at this care.

Objective This study aimed to understand self-management of hae-
mophilia, from a child’s perspective, in the 21st century in the UK
where intensive prophylactic therapy is given from early childhood.

Design A qualitative study using grounded theory to evaluate life-
experiences of children and young people with haemophilia.

Setting and participants Thirty boys aged 4-16 with severe hae-
mophilia treated at a single paediatric haemophilia care centre
were interviewed at home or in a focus group.

Intervention/variables Multimethod qualitative research including
age-appropriate research tools (draw and write, photo-elicitation
and interviews) to facilitate data collection from children.

Results Boys develop self-management skills over time. They learn
from health-care professionals, their parents and other family
members with haemophilia.

Discussion Self-management skills (bleed recognition, self-infusion,
self and medicines management, pain and risk management and
conceptualizing preventative therapy) are developed through expe-
riential learning and individualized education, and not through
formalized expert patient programmes.

Conclusion The boys in this study have benefited from early pro-
phylactic factor replacement therapy. They develop skills in hae-
mophilia and self-management at a relatively young age and are
experts in their own haemophilia care.
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Introduction

Changing patterns of disease include an
increase in the prevalence of long-term condi-
tions (LTCs); Dowrick et al.' consider that
part of the response to this increase should be
the growth of patient empowerment through
self-management. Jordan er al.®> describe self-
management as a ‘patient’s health literacy’:
their capacity to ‘seek, understand and utilize
health information to participate in decisions
about health’. They cite five components to
management: access (to information), knowl-
edge, health education and empowerment, self-
management and command (of the health-care
system including confidence to use their initia-
tive). Self-management in LTCs refers to ‘daily
activities that individuals undertake to keep ill-
ness under control, minimize its impact on
physical health and psychological sequelae of
the illness’.’ Pritchard-Kennedy* argues that
children’s role as partners in care has often
been confounded by parental dominance; thus,
the ‘self” in self-management in children is a
combination of children and adult carers.’

This paper explores how boys with haemo-
philia develop expertise in self-management,
becoming expert patients over time, through
education and experience. Haemophilia reviews
occur every 3—6 months during which the boys
are encouraged to self-infuse and are asked
questions about activity, treatment and genet-
ics. This reflects Kirk ez al.’s.’ four-stage model
of ‘community, independence and confidence,
knowledge and skills and engaging children/
young people’ in self-care. The boys in this
study are the first generation to grow up with
intense preventative treatment, (rather than
treatment only after a bleed had occurred) rec-
ommended in the United Kingdom® with
genetically engineered therapy that is known to
be safe from bloodborne viruses,” as this has
been shown to minimize disability and improve
quality of life (QoL).

Children are treated on home therapy pro-
grammes from early childhood,” We know little
of how this experience impacts upon them,
other than that this results in a lifestyle that is
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near to that of a child without haemophilia,
where QoL scores, when assessed using haemo-
philia- and age-specific QoL assessment tools,
are high.'” This contrasts with prior research
undertaken in the 1980’s when many boys co-
infected with bloodborne viruses, reported
severe impact on life-experience.'' 3

The study

The aim of the wider study, a multimethod
study using age-appropriate research methods'*
from which this paper is derived, was to under-
stand what living with haemophilia is like for
boys in the 21st century. The study was under-
taken between March and September 2009 at a
paediatric haemophilia comprehensive care cen-
tre in the UK ethical approval was granted by
a local National Health Service Research Eth-
ics Committee. Parental consent and patient
assent were obtained from all participants at
study entry. Forty-six boys aged 4-16 years
were invited to participate; 16 refused for a
variety of reasons including not being inter-
ested in the study or not wanting to talk about
having haemophilia.

The methodology included photo-elicitation
for boys aged 4-7,"° draw and write techniques
for 8- to 12-year-olds,'® focus groups for those
aged 13-16'7 and individual interviews for
those teenagers who were unable to attend the
focus groups. The younger cohorts of boys
were given digital cameras, or ‘art packs’
2 weeks before having individual interviews in
their own homes, and were asked to either take
photographs of their normal daily activities or
to draw a picture or write a story about being
themselves. These were used as icebreakers
and/or aide memoire to enhance discussion
about their lives in the preceding 2 weeks dur-
ing the interviews, which lasted between 20 and
60 min and were semi-structured, asking ques-
tions about the effects of haemophilia on their
lives, their friends, sporting activities, school,
their family and things they like and do not
like. They were tape-recorded, allowing the
researcher to give full attention to the intervie-
wee, what he was saying or doing at the time.

© 2013 John Wiley & Sons Ltd
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Open-ended prompt questions, such as ‘can
you tell me what it is like to (experience some-
thing?)’ and ‘other boys have said (something)
has that ever happened to you?’, were used to
elicit their views of living with haemophilia.
Further details of the methods used in this
study are reported.'®

The study was conducted using grounded
theory, where each interview was analysed as
it occurred; this enabled modifications and
additions to the semi-structured questionnaires
and continued until data saturation within an
emerging framework occurred.'” The record-
ings from the interviews and the focus group
were professionally transcribed verbatim and
listened to repeatedly by the lead researcher
before analysis and manual coding. The con-
tent of the narratives could be grouped and
coded into seven recurring themes, which were
recognized by the research team as important
aspects of modern day life with haemophilia.
Six of these themes have been published else-
where?®?!; the seventh, development of self-
management skills, is discussed here.

Results

Thirty boys with severe haemophilia A
(n = 27) or B (n = 3) participated in the study.
Half the boys were the first in their family to
be affected by haemophilia; the other half had
a previous family history of haemophilia with
an affected grandfather (n = 5), uncle (n = 3),
older brother (n = 4) or multiple family mem-
bers (n = 3). All of the boys were treated with
prophylactic factor therapy from early child-
hood and were able to participate fully in nor-
mal family, school and peer-led activities.
What was striking through the interview
analysis was that the boys were developing
self-management skills: a concrete knowledge
of bleeding mechanisms, risk avoidance and
treatment, as well as self-infusion skills. All
children with LTCs, particularly those with
congenital disease, are involved in their own
health care from early childhood. The level of
involvement changes as children develop the
physical and psychological means to cope with

© 2013 John Wiley & Sons Ltd
Health Expectations, 18, pp.1105-1113

self-care and eventually self-management.”?
These self-management skills are learnt from
parents and health-care workers, and often for
boys with haemophilia, from other affected
family members; there was evidence in our
study of increasing self-management skills from
a very early age.

Haemophilia management includes an ability
to self-monitor, to be aware of subtle bodily
fluctuations, using a range of resources, such
as previous knowledge and experience’** and
knowing when to seek help from adults or
health-care professionals. In boys with haemo-
philia, this includes knowledge of how their
genetic mutation is expressed as symptoms>
and how these should be assessed, treated,
monitored and reported.

The major impacts of haemophilia on the life
of the boys in this study are described in three
themes: recognition of bleeds, self-infusion, and
medicine and self-management, with an empha-
sis on sport. In the accounts below, pseud-
onyms have been used to protect respondent
identities.

Recognition of bleeds

Unlike many LTCs, haemophilia is ‘invisible’
with few signs of illness unless there is an acute
bleed. Even with total adherence to prophylac-
tic treatment regimens, bleeds can occur as a
result of trauma. Bleed recognition, described
by boys as a bubbly, tingling feeling inside the
joint and treatment strategies (when and how
to treat and what dose to give) are integral
parts of haemophilia self-management. Prophy-
laxis, which requires frequent infusions but
offers the best bleed protection, is the treat-
ment regimen most commonly used in boys
with severe haemophilia:

It’s not really a big deal, it’s just like as long as
you do your injections when you are meant to
you just crack on with it — a normal life, it’s not
like there is anything wrong with you, it’s just
simple. Haemophilia is something that only hap-
pens when you like, get hit or something, you’ll
bleed a bit more than the average person then
you just need a bit more factor (Oliver aged 14)
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Without early recognition of bleeding, or
with recurrent bleeds into the same joint, boys
with haemophilia might, in response to the
pain of bleeding, withdraw from regular activi-
ties and social contacts; this may affect self-
image®* Paul aged 16 describes how bleeds
impact on him:

Sometimes just when I get a bleed it hurts loads
so I take codeine at least twice but only because
I think it knocks me out as well and puts me in
kinda a place where well ......... I just daydream
or fall asleep and get rid of it [the pain] with
luck. I think it puts you in that better state and
if it takes a bit of the pain away then I think you
are in a better state of mind, more chance of
repairing it [the bleed] quicker

Paul describes the physical and psychological
impact of bleeding, showing resilience to the
pain and the social isolation that haemophilia
can cause, which is more often seen in adults
with haemophilia®> However, he also shows
that he is able to make appropriate treatment
decisions, demonstrating skilled practice, com-
petence, confidence and control, integrating
haemophilia treatment options including anal-
gesia as well as factor therapy into his personal
management plan.”¢

Self-infusion

Peripheral venipuncture is a skill that many
health-care professionals are unable to under-
take, particularly in young children. In haemo-
philia management, parents learn this skill to
facilitate home treatment of their sons,”’ who
learn to self-infuse in late childhood or early
adolescence.”® Even though this is a routine
treatment for boys, becoming self-sufficient at
infusion is complex, most boys can do this at
least some of the time by the age of twelve. To
infuse into one arm makes the use of that arm
for anything other than venipuncture impossi-
ble; thus, self-infusion becomes a one-handed
technique. They need to apply a tourniquet,
find a vein, puncture the vein, release the tour-
niquet, infuse the factor, and most difficult of
all remove the needle and apply pressure to the
puncture site at the same time. This sometimes
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occurs in the face of a bleed in the infusing
arm, further reducing mobility. Many boys
become ambidextrous at this skill; this gives
them more choice of venipuncture sites and
more ability to repeatedly infuse.

At first 1 felt quite scared, when I done it [sic] |
thought to myself ‘ok this is it one, two, three’
and then I put it in and it did not really hurt
that much and then I was really happy. Well 1
was scared of if I went wrong because it’s quite
scary sticking a needle into yourself. Before when
it went wrong it didn’t really hurt but I knew I
went wrong because it started to balloon [extrav-
asate] and so we [Tom and his mum] took it out
and then I tried again in my right arm with my
left hand and that went wrong as well because I
am right handed and it was quite hard with my
left hand (Tom aged 12).

Starting to become a self-infuser often raises
anxiety around what will happen if the infusion
goes wrong — in the past, a parent will have
been the main infuser and will have had the
necessary skills to “fix’ the infusion if a vein is
missed or if extravasation occurs as described
by Tom above and 10-year-old Jonathan:

I am finding it a little bit hard, because I am
frightened that if I do it wrong then I might die,
because if I do it wrong maybe the vein will puff
up into a lump and pop. It would hurt. Some-
times I stick the needle in, that feels weird cause
one hand is actually pushing down and one hand
has actually got it in, and it’s like pins and nee-
dles [due to tourniquet] while I'm doing it. It just
feels really weird.

Tom and Jonathan show how becoming
competent at self-infusion, itself a process of
skill and expertise developed through trial and
error as well as education and support, enables
them to start on the path to becoming a
patient with expert skills for current haemo-
philia care. For boys with haemophilia, self-
management includes an understanding of not
just how, but when to treat themselves.

Medicine and self-management

Treatment with replacement therapy, both pro-
phylactically and ‘on demand’ when bleeds
occur, is anchored in everyday life for boys

© 2013 John Wiley & Sons Ltd
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with haemophilia. Routine, such as having
treatment at the same time every day, is essen-
tial to remain concordant with treatment.”
The ability to control symptoms and the sever-
ity of bleeding achieve some normality and
control in daily life.** Ingadottir er al.*' discuss
how, in children with diabetes, self-knowledge
is key for integrating treatment regimens and
achieving good QoL. They describe a concept
of ‘body-listening’ — knowing when to treat
and developing self-management strategies
which suit lifestyle, belief patterns and personal
priorities. However, in haemophilia, ‘body-lis-
tening’ (taking a ‘wait and see’ approach) or
missing treatment will result in the rapid onset
of bleeds which are painful and ultimately
result in joint damage®” and increased pain as
shown by 10-year-old Will:

ankle bleeds I can always tell when they are
going to hurt and when they are not ......... it
feels a bit stiff and then later can be oh it’s just
really really hurting.

Understanding how to manage treatment,
including storage, reconstitution and infusion®
how to integrate this into daily life and how to
develop sustainable routines, is a key part of
medicine management.*’ Motivated adolescents
are more likely to demonstrate good adher-
ence®® as they then have less restriction placed
on lifestyle choices. Oliver aged 14, a keen gol-
fer, showed a good understanding of the ratio-
nale for a daily treatment regimen, including
the concept of factor half life, where factor
degenerates and does not accumulate in the
body, thus requiring regular infusion:

Because then it [the factor level] will be on one
consistent level because at the moment it’s like if
you had a graph it would be going up down, up
down, up down so if you have it every day it
would be pretty straight. Because like if you are
on a low, and you had an injury, you would be
even more smashed up but if, because it’s all on
one level its like you won’t get [hurt] as much.

Adolescents handle illness and related situa-
tions, by ‘focusing on disease and its treatment
for self protective reasons’,>> P 23, Hinds,*> P- 283
shows that adolescents shift from ‘wellness-

© 2013 John Wiley & Sons Ltd
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in-the-foreground to illness-in-the-foreground’
when they are in situations of ‘threat, transi-
tion, suffering, pain or coping with physical or
psychological limitations of disease or treat-
ment’. For boys with haemophilia, life without
it is unimaginable®-=® and it is integral to who
they are as individuals:

[I] suppose it just becomes part of you doesn’t it;
it’s what you think about. I find it’s just life so I
kind of just make it part of my life so just do cer-
tain things to ensure that I keep myself safe and
kind of take it in your [sic] stride. (Peter aged 14)

The concept of ‘this is it/normal for me’ is
described by Atkin & Ahmad®’ who show that
adolescents with haemoglobinopathies empha-
size the importance of ‘just getting on with life’
and ‘limiting the consequences of their illness
on their day-to-day lives’ by using normaliza-
tion strategies to maintain ‘normal’ lives and
identities. For a majority of boys, ‘normaliza-
tion’ includes the ability to participate in sport.
Koiter er al.®® state that choices around specific
sporting activity, often considered ‘dangerous’
for boys with haemophilia, must be based on
adaptation to the haemophilia diagnosis and
treatment regimen. Adolescent boys are aware
of potential risks that sporting activity may
pose and may participate with caution. They
may adjust their normal medication routine,
gaining control over their haemophilia, to be
able to participate in sport, further demonstrat-
ing medicine management skills*’ as well as
risk-taking (or avoiding) strategies.

Christensen & Mikkelsen*® suggest that chil-
dren strategize risk management in everyday life.
They judge and balance the chances and risks
they encounter, learning to control and steer
through these, distinguishing between negative
risk-taking and positive risk management. Risk-
taking and pushing at boundaries is an activity
especially valued amongst boys, who generally
engage in more physical activity, such as contact
sports, where injury is an accepted risk of partic-
ipation, as they ‘prove themselves’.*! For boys
with haemophilia, the choice of sporting activity
may be affected by the diagnosis® and the treat-
ment as well as by child/family expectations.
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Contact sports are undertaken with extreme
caution®?; many younger boys participate but
choose to adapt their activity as they (and their
opponents) become bigger. Mark (aged 16)
described how he chose to manage the risk of
sporting participation by adapting his sporting
choice to one with less contact:

I used to do football and golf, but not now — no
sport like that for me now or I'll be in bed for a
week with a bad back — so just swimming or
cycling.

Mark treats himself with prophylaxis punctili-
ously but has decided that this positive risk man-
agement is still outweighed by the negative risk-
taking of participating in contact sport now that
he and his opponents are bigger. Haemophilia
demands adjustments to avoid risk, lifestyle dis-
ruption and uncertainty associated with trauma-
related bleeding.*® For the majority of boys, the
risk is manageable and causes no loss or bio-
graphical disruption to themselves. However,
global limitations in haemophilia care can cause
frustration; George, a 16-year-old polo player,
expresses feelings of biographical disruption and
loss** because of haemophilia:

It [haemophilia] doesn’t really stop me from
doing anything except living in a load of other
countries or spending a long time like a gap
[year] in Argentina, which is a bit annoying.

The risks for George of a gap year as a gau-
cho, so far from home, are deemed to outweigh
the benefits, something with which he has, with
reluctance, come to terms.

Discussion

Like other adolescents with LTCs, boys with
haemophilia are responsible for their own
health, making daily changes in lifestyle and
treatment choices, although their mothers act
as ‘alert assistants’.** These include healthy eat-
ing, participation in exercise, getting enough
sleep and making other health choices such as
not smoking. Taylor er al.** argues that chil-
dren and young people with LTCs strive for
‘normalcy’; the focus of their care should there-
fore be on making and taking healthy choices
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which result in wellness rather than illness. In
haemophilia, wellness is achieved through indi-
vidualized treatment, self-care and an under-
standing of medicine management which
reduces bleed frequency.

Unlike many other LTCs, haemophilia, if
untreated, leads to a rapid onset of bleeding
which requires the same treatment. This rapid
feedback of poor self-management resulting in
rapid symptoms is unlike most other LTCs
where missing or stopping treatment rarely
results in visible changes to wellness. Usually
in boys with haemophilia, wellness is in the
foreground of their daily experience. Paterson*
shows that illness moves to the foreground of
people’s worlds when they have an acute crisis,
which forces them to attend to the illness. In
haemophilia, the event would be a joint bleed,
with its associated decreased range of move-
ment, pain and the need for further factor ther-
apy. The paradox of this model is that to keep
wellness in the foreground, disease manage-
ment must also be foremost; ‘the illness
requires attention in order not to pay attention
to it’,*> P~ 2% and the body becomes something
to which things are done, in this instance by
regular self-infusions. The routine of this treat-
ment becomes immersed in the everyday nor-
mality of haemophilia care such that
haemophilia per se can be forgotten.?> There is
therefore little impact on day-to-day activity as
long as treatment is adhered to.*!

The core category of this study is how young
people with haemophilia have developed self-
management skills. Young people with haemo-
philia are an ‘untapped resource of expertise,
that often know more about their particular
condition and its management than their doc-
tors, and this knowledge may assist treat-
ment’,*® P32, However, adolescents with LTCs
need to demonstrate more ‘refined social skills
than their healthy peers, since they have to be
able to accommodate treatment requirements
and social demands’,*> P 2° into their everyday
lives. Daily life needs to be planned to reduce
the risk of bleeding, so that haemophilia does
not come to the foreground, removing wellness
from its prime position. This may encompass

© 2013 John Wiley & Sons Ltd
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adapting the medical treatment regimen to fit
within other priorities of daily life, such as
school and sport so that daily routines are con-
textualized within both illness sequelae and
personal experience that is reflective of (and
sometimes conflicting with) lived events, experi-
ences and perspectives.?

An expert patient is one who has the neces-
sary skills to be a competent individual. These
include knowledge, clinical judgement, self-effi-
cacy, physical skills, persistence, paying atten-
tion to tasks and integrating these into daily
management.”® The boys in this study identify
with others on the same ‘illness trajectory’>
where they recognize the consequences of hae-
mophilia in other family members. Mark tells
how his older brother who also has haemo-
philia ‘keeps an eye out for me too’ by recogniz-
ing subtle signs of bleeding which their non-
haemophilic brother would not necessarily
notice:

we kind of ....you know we have this kinda rela-

tion thing where you know you walk

along and you are hobbling a bit perhaps and he

[his brother with haemophilia] goes ‘oh you’ve

got a bad ankle’. He would always notice.. and
tell me to get a needle [factor infusion]

These boys have access to treatment which
their older haemophilic family members did
not have and are able to tailor their own
treatment around sporting or other risk activi-
ties. All children make mistakes in their judge-
ments; when they do this, they often find
solutions to the mistake in their own ways.*
This is demonstrated by 16-year-old Mark
who had adapted his sporting activities to
those which involve less contact as he recog-
nizes that contact sports now have more risk
than benefit for him as an individual. The
independence gained by young people with
LTCs as they grow older allows them more
autonomy over their treatment, making it eas-
ier for them to appear ‘normal’ to others.*
For Mark being able to infuse before cycle
races means that several people in his cycling
club are unaware that he has haemophilia
(data not shown); thus, he is not defined by
haemophilia but as a fellow cyclist.

© 2013 John Wiley & Sons Ltd
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Strengths and limitations

The strengths of this study include the use of
age-appropriate research methods and the pro-
vision of insights into children’s views of living
with haemophilia where prophylaxis enables
near normal lifestyles. The study is limited as it
was undertaken in a single paediatric haemo-
philia comprehensive care centre in the UK;
thus, the results of this study cannot be extrap-
olated to children and young people with hae-
mophilia in other centres or those treated with
different therapeutic regimens. Further work is
necessary to confirm these findings with others
who self-manage haemophilia through home
treatment programmes. However, this study
confirms the need to further discover the expe-
riences and impact of haemophilia on children
and young people, to continue to shape how
we support them in developing self-manage-
ment strategies.

Conclusion

The boys in this study are amongst the first
generation in the UK to be offered safe and
effective treatment, enabling them to lead more
‘normal’ lives than any person with haemo-
philia before them. They received prophylactic
therapy from an early age and consequently do
not have joint damage which has historically,
limited mobility and sporting activity. Thus,
they have grown up describing themselves as
they see their peers, as normal young men who
participate fully in day-to-day life. However, if
they fail to treat themselves, they develop
bleeds which are painful and debilitating,
reminding them that they have haemophilia.
Haemophilia knowledge and education
begins in early childhood, with basic recogni-
tion of bleeding and infusion skills being
taught to young boys by health-care profes-
sionals. Other education and learning occurs
on an ‘ad-hoc’, individualized basis with most
boys learning through personal experience, this
is described by Kirk er al.’ as ‘individualized
self-care projects’ which ‘maintain involve-
ment’. Some boys have other, usually older,
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affected family members, from whom knowl-
edge and skills can also be gained. All boys
with haemophilia are experts, and as Petersen™
states, they are probably the best haemophilia
experts that there are.

There are no haemophilia-specific training
courses for children or adolescents with haemo-
philia, and many boys have declined the
opportunity to participate in programmes
aimed specifically at adolescents with LTCs.
For some, this is because they do not want to
be defined by haemophilia. The boys in this
study have developed expert patient skills.
They are without doubt expert patients, from
whom younger boys with haemophilia may
gain peer support in relation to performing
self-care (self-infusion techniques); these boys
do not have the benefit of a generation before
them who have had access to the same care
and treatment; they are the first generation of
experts with haemophilia who perceive them-
selves to have normal lives and are a great
resource for haemophilia care in the future.
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